What are the symptoms?
It depends on the area affected and it can, like most forms of vasculitis, affect any organ in the body, but common symptoms include weight loss, muscle aches, joint pains, skin rashes or nodules, abdominal pains, sometimes with blood in the stools, and numbness or tingling in the hands or feet. Less often eye problems, breathing difficulties chest pains, or pain in the testicles can occur. In certain forms of PAN strokes occurring at a young age are common. Kidney involvement and high blood pressure is also often found but may be without symptoms. In this form, abdominal pains, muscle aches and bleeding around the kidney are common features. Other genetic diseases which result in a PAN-like disease are found in patients with defects in a gene termed DAD2. In this form joint pains and strokes are common.
In all these genetic cases there may be a family history of similar problems, although not always in immediate family members (parents, siblings, or grandparents), as the condition may be recessively inherited, so sometimes generations may be skipped.
c. Classical PAN: In those without an obvious (currently known) association we call them classical PAN.
d. Cutaneous PAN: This is a limited form of PAN that at least initially is confined to the skin. It seems that cutaneous PAN doesn't often lead to more widespread PAN, but there may be some limited symptoms apart from the skin problems. Some forms of cutaneous PAN may be related to exposure to particular drugs(such as minocycline , an antibiotic)
e. PAN associated with other autoimmune rheumatic diseases: medium vessel vasculitis can be found in other rheumatic diseases such as Sjogren's syndrome, and rheumatoid arthritis although these may be separate autoimmune diseases in the same patient or manifestations of a single rheumatic disease.
We therefore now qualify what form of PAN it may be, for example Hepatitis B associated PAN, FMF-PAN, classical-PAN or DAD2-PAN, and bearing in mind that we may discover new associations or causes in the future.
PAN is always ANCA negative, and the finding of ANCA in a patient suggests a different form of vasculitis (see ANCA associated vasculitis).
Who are affected?
Classical PAN is most common in middle age, but adults and children can have this disease. Many of the older series describing PAN did not adequately differentiate all the new forms and subtypes as they were not known about, with the exception of Hepatitis B associated PAN. As a result what we know about the particular subtypes is only now being truly appreciated.
What causes PAN?
The cause of classical or cutaneous PAN is not yet known. There is an attack on the blood vessel wall by the patient's own immune system. Why certain blood vessels are affected and in certain areas, and what provokes the autoimmune attack is still not clear. In those people with PAN and Hepatitis B virus infection, the reason for the blood vessel damage is also uncertain. Only a very few people with hepatitis B infection ever develop PAN and only a small proportion of people with PAN have hepatitis B infection. This form of PAN is becoming significantly less common as a result of vaccination for and treatment of hepatitis B infections.
Diagnosis
As with other types of vasculitis there is no one single diagnostic test.
Diagnosis is based on the symptoms described by the patient, physical examination, various laboratory tests (to exclude other causes of the symptoms and point to PAN) and possibly biopsy of the affected area. In the genetic forms of disease, specific genetic tests are required to make the right diagnosis.
Blood tests will show evidence of inflammation. The blood vessels in the abdomen are commonly affected and angiography (x-rays of the blood vessels-see Figure) can show typical findings which help with the diagnosis. It is important to test patients with PAN for hepatitis B virus, HIV and Hepatitis C as these may require separate treatments.
Treatment
For classical PAN, high dose steroids and cyclophosphamide are often used to get the inflammation under control. Once under control treatment is often continued for 12 months using steroids and other immunosuppressants such as azathioprine, and then can be stopped in some patients. Disease relapses do occur and in some cases longer duration of remission treatment may be needed.
Patients with infectious causes will need specific treatment for the particular infections with anti-viral drugs, usually under specialist care. For certain subtypes of PAN there may be other specific treatments -for example colchicine works well in suppressing the inflammation in FMF-PAN, while anti-TNF therapies, sometimes used in rheumatoid arthritis, are most effective in DAD2 associated PAN.
Drugs and Side effects
For information on the main drugs prescribed for Polyarteritis Nodosa see:
For information on other drugs used in the treatment of vasculitis see Glossary of drugs and side effects
